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INTRODUCTION
Epithelioid sarcoma (ES), first described by Enzinger in 1970, is a rare soft-tissue sarcoma typically presenting as a subcutaneous or deep dermal mass in distal portions of the extremities of adolescents and young adults. [1] They are divided into a "distal type," which occurs on the upper and lower limbs and a "proximal type," which arises on the trunk and axial locations, usually of young adults. [2] This case report describes a case of 32-year-old male who presented with scrotal swelling which was later diagnosed as proximal-type epithelioid sarcoma (PES) of paratesticular region on histopathological examination and immunohistochemistry (IHC). Although there have been many studies concerned with various paratesticular sarcomas, yet there is only one case of epithelioid sarcoma (ES) (excluding the present case) of paratesticular region reported in the English literature.
CASE HISTORY
A 32-year-old male presented with scrotal swelling. On examination, both testes were normal and pushed upwards. Resection of the mass with adjacent testes was done outside and we received a specimen for second opinion. The mass was poorly circumscribed, solid, gray-white, and measured 12 × 10 × 8.9 cm [ Figure 1a ]. The testis was normal grossly.
Microscopic distinctive features in the tumor presented herein are predominance of cells with epithelioid morphology and focal spindle cells. The cells were arranged in fascicles, bundles, and at places in cords and trabeculae. The stoma showed myxoid change. This is an open access journal, and articles are distributed under the terms of the Creative Commons Attribution-NonCommercial-ShareAlike 4.0 License, which allows others to remix, tweak, and build upon the work non-commercially, as long as appropriate credit is given and the new creations are licensed under the identical terms. After the surgical resection, the patient was given three cycles of chemotherapy following our diagnosis of PES. Unfortunately, the patient succumbed 5 months after the diagnosis.
DISCUSSION
Paratesticular region is a complex anatomic region histogenetically consisting of epithelial, mesothelial, and mesenchymal components. Therefore, neoplasms developed in this region belong to a heterogeneous group of tumors which demonstrate different behavioral patterns. [3] A conventional-type ES is mostly seen in the distal extremities (commonly hand) of young adults. [1] Lately, a non-conventional subtype of ES has been identified with a different clinical profile, termed as the "PES". It is more frequently seen in the pelvis, perineum, and genital tract of young-to-middle-aged adults. Paratesticular region is a rare site for this entity. In various case series of paratesticular sarcomas, e.g., a series of 7 cases by Unlü et al., [4] a series of 6 cases by Küçük et al., [5] and a series of 36 cases of soft-tissue tumors of paratesticular region by Soosay et al.; [6] none of the tumors was ES. Also, in a series of 20 cases of proximal ES by Hasegawa et al. [7] none was located at paratesticular region. The only case of PES in the English literature at this location was reported by Onol et al. [8] in 2006.
On histology, PES usually lacks the conventional "granuloma-like appearance." In addition to the presence of large oval to polygonal cells in sheets with prominent nucleoli resembling a poorly differentiated carcinoma, it shows characteristic large cells with "rhabdoid" traits. It retains the immunophenotypic profile of the classic ES, with co-expression of cytokeratin and vimentin along with reactivity for CD34 in about 50% of cases. [2] On histopathological examination, this tumor has to be differentiated from other epithelioid appearing malignant soft-tissue neoplasms: rhabdomyosarcoma, angiosarcoma, melanoma, malignant peripheral nerve sheath tumor, and undifferentiated carcinoma. IHC is useful to delineate cell lineages to certain extent. Tumor location and patient age can be helpful, as most malignancies have typical location patterns. Morphologically, ES can be differentiated from squamous cell carcinoma (SCC) as it lacks epidermal involvement, intercellular bridges, and keratinization. Sarcomatoid variant of SCC can be difficult to differentiate based only on morphology. In such a situation, limited panel would not help and an extensive list of IHC markers is required to confirm or exclude ES. ES can be differentiated from malignant melanoma by lack of skin involvement and absence of melanin pigment. Amelanotic melanoma can be a difficult differential to exclude and again one has to do complete IHC profile to reach a diagnosis. High degree of suspicion and extensive IHC workup using relevant markers is mandatory to reach a conclusive diagnosis.
Case presented herein is a 32-year-old male with a mass at paratesticular region measuring 12 × 10 × 8.9 cm which showed histomorphological features of PES. The tumor cells expressed CK, EMA, vimentin, CD34, and CA125. The tumor cells were negative for desmin, myogenin, CD31, WT1, PLAP, calretinin, CD15, MyoD1, and ERG. The tumor cells showed loss of nuclear INI-1 expression. Several recent studies have emphasized the utility of INI-1 IHC in confirming the diagnosis of ES by demonstrating loss of protein expression in the vast majority of both conventional and proximal subtypes. [9] Expression of CD34, as seen in the present case, helps to distinguish PES (positive in 50% of cases) [2] from malignant rhabdoid tumor.
PES are more aggressive than the conventional type as seen in a case series of 20 cases, 65% of the patients developed local recurrence, with most patients having multiple recurrences, and 75% of the patients developing metastases. Only 30% of the patients were alive at the last follow-up. [7] In a comparative study between conventional ES (26 cases) and PES (14 cases) by Rekhi et al. [10] it was found that the 7-years disease-free survival was 19.4% in the conventional ES and nil in the PES. The overall survival rate was also lower in PES (31.3%) than the conventional type (90.2%). Recurrences (83.3%) and metastases (41.6%) were also found to be more common in the proximal subtype. Hence, it is important to diagnose this subtype because of its more aggressive clinical behavior than the classic type. We present this case to emphasize the importance of IHC in the establishment of diagnosis for this uncommon tumor.
To the best of our knowledge, this is only the second case of proximal ES of paratesticular region in the English literature. The present case highlights the difficulties in diagnosing this rare entity because of its uncommon location and histological mimics which can be overcome by judicious use of IHC markers. An early diagnosis is essential for determining further management and a close follow up for recurrence. 
